Abstract: Cystic lymphangioma of the small bowel mesentery is a rare manifestation of an intraabdominal tumor particularly in adults. 1, 2, 3 The clinical features of intra abdominal lymphangioma are diverse ranging from an asymptomatic abdominal tumor to symptoms of acute abdomen , thus a mass may be discovered incidentally during abdominal examination for an unrelated illness. We hereby present the case of a young adult male with cystic lymphangioma of the jejunal mesentery who presented with an abdominal mass and history of sitophobia.
I.
Case report:
A 20 years old male presented with the complaint of postprandial severe abdominal pain since ten days which was not responding to analgesics. He had sitophobia and significant weight loss. On clinical examination there was disproportionate abdominal sign. X ray abdomen revealed multiple fluid and gas shadows. No abnormal free gas was seen under both domes of diaphragm. Contrast CT Scan abdomen revealed a large hyperintense mesenteric mass at the junction of jejunum and ileum. Rest other routine investigations including hematological and biochemical tests were within normal limits. He had past history of surgery for appendicitis and Meckel's diverticulitis. He underwent elective laparotomy and a large yellowish pink cystic lesion was found in the mesentery at the junction of jejunum and ileum. It was carefully resected along with the segment of jejunum and sent for histopathology. Postoperatively there was no evidence of infection in the drain, which was removed on 8 th day. He was allowed to have food orally on 9 th day, but after eating he developed severe abdominal pain. On examination there was mild tenderness in the left hypochondrium. At emergency laparotomy on the same day, the whole small bowel from 10 cm distal to ileocaecal junction up to the jejunum was found to be gangrenous. Resection and anastomosis was performed. Post operative stay in the hospital was uneventful. The patient was advised regarding long term followup that is required to detect recurrence.
The surgical specimen obtained from the first surgery consisted of a large yellowish pink cystic mass measuring 19x11x10 cm attached to the mesentery and to the wall of jejunal segment measuring 18 cm in length. The mass showed multiple cystic spaces of varying sizes, cut surface was partly cystic and partly solid. Cystic spaces were filled with milky fluid. Biochemical studies of the fluid revealed high levels of cholesterol and triglycerides. Histological examination revealed multiple dilated channels lined by flattened endothelial cells and separated by collagenous tissue containing small collections of lymphocytes. The dilated lymphatic channels had no connection to normal adjacent lymphatics. The final diagnosis of mesenteric cystic lymphangioma was given. The second operation surgical specimen showed gangrenous changes due to lymphatic obstruction.
II.
Discussion:
Lymphangiomas are uncommon benign tumors occurring mainly in children. Almost 90% of these occur in children younger than 3 years of age. 1, 2 In the children the most common sites are head and neck and axillary regions. Intra -abdominal lymphangiomas are very rare , accounting for <1% of all the lymphangiomas. 4, 5 Thus benign mesenteric lymphangioma accounts for in between 1 in 1,00,000 to 1 in 2,50,000 hospital admissions. 6, 7 Lymphangioma can occur throughout the body but the commonest site is neck where it is called as cystic hygroma. Within the abdomen the commonest site is mesentery, other sites being omentum, retroperitoneum , mesocolon and rarely pancreas. 5, 8, 9 The etiology of lymphangioma is unclear. Congenital developmental defects of the lymphatics have been proposed. Proliferation and dilatation of blind lymphatic sacks lacking proper connection with the venous system results in cystic lymphangioma. 4 The congenital etiological theory is supported by the fact that most of the cases manifest in childhood. Other potential causes are trauma to abdomen , lymphatic disease and obstruction , inflammatory processes , surgery and radiation therapy which may lead to secondary formation of such a tumor. 1 Clinically intra-abdominal lymphangiomas may be asymptomatic usually when small , or may give rise to symptoms of acute abdomen as it enlarges . A gradual increase in abdominal girth, sensation of fullness and vague abdominal pain may point to this rare benign condition. Pain may be dull as in chronic abdominal pain or it may be more acute due to torsion of the cyst, hemorrhage in the cyst , infection and rupture of the cyst. 10 An enlarged cyst may compress the surrounding structures or cause intestinal obstruction. They often behave in an aggressively invasive manner and can even grow to enormous size involving the surrounding structures therefore resection of the adjacent organs may be required to accomplish complete excision of the cyst.
Histopathology of the specimen is the gold standard for diagnosis. 11 No blood test confirms the diagnosis. Radiological investigations like USG and CT are insufficient to provide a definite clue. MRI aids in the diagnosis as it defines the origin of the mass . Jain et al reported establishing a preoperative definite diagnosis of an intra-abdominal lymphangioma using multi slice spiral CT. 12 Mesenteric Lymphangioma has to be differentiated from multi-cystic mesothelioma, lymphangiomyoma and cavitatory mesenteric tuberculous lymph node. 13 Immunohistochemicaly Fc VIII related Ag and D 2 -40 in lymphangioma, Calretinin in multi-cystic mesothelioma and HMB-45 is positive in lymphangiomyoma.
14 Treatment of intra abdominal lymphangioma is surgical resection and anastomosis. Till now open surgery was being performed , however laparoscopic resection has been reported in few instances. 15 During surgery occasionally resection of adjacent structures like small bowel may be warranted when the lymphangioma involves the bowel or its important vessels. In some cases it precludes total cyst removal because of its proximity to vital structures and may then result in recurrence or post operative complications. In these cases alcohol , bleomycin and O K -432 have been used alternatively and proved to be successful. 16 Histologically lymphangiomas are classified into three types : 1. simple-capillary, 2. cavernous and 3. cystic lymphangioma. Simple -capillary lymphangioma is usually located superficially in the skin comprising small thin walled lymphatics. The cavernous lymphangioma consists of larger lymphatics having connection with adjacent normal lymphatics . The cystic lymphangioma consists of lymphatic spaces of various sizes that may contain serous , chylous , bloody or purulent fluid but it has no connection with the normal adjacent lymphatics. 16, 17 In our case the lymphatic spaces contained chylous fluid.
III. Conclusion:
Mesenteric lymphangioma is very rare and may be an incidental finding. It may present as an abdominal mass or as an acute abdomen necessitating emergency surgery . Therefore it should be considered in the differential diagnosis of a mass in abdomen as well as acute abdomen.
